Achalasia is a motility disorder of the oesophagus characterised by absence ofnormal peristalsis and failure of relaxation of the lower oesophageal sphincter. The condition is uncommon in children and there are few reports on the results oftreatment. The therapeutic aim is to reduce the lower oesophageal sphincter pressure. In adults, pneumatic dilatation is the recommended initial treatment'2 while in children, this technique has been less successful and surgery is the preferred option.34 The necessity of performing a concomitant antireflux procedure is controversial but myotomy alone is associated with a significant incidence ofgastro-oesophageal reflux. 3 period. One girl developed a subphrenic abscess which was drained percutaneously but led to a prolonged hospital stay. Median postoperative stay was 7 days (range 4-47).
Histopathological examination of the myenteric plexus in the excised muscle strip revealed absent ganglion cells in six patients and reduced numbers in four; in two of the latter there was evidence of ganglion cell degeneration.
Discussion
The overall incidence of achalasia is estimated at 0 5-1 per 100000 with less than 5% of cases presenting in childhood.9 '0 The aetiology of the condition is unknown, but there appears to be a selective impairment of the non-adrenergic, noncholinergic inhibitory nerves near the lower oesophageal sphincter." '2 Ganglion cells were absent from the myenteric plexus in six of 10 of our patients. Others have reported a total absence of ganglion cells in the distal oesophagus in more than 90% of patients with achalasia and denervation of the proximal stomach in half. '3 The age at onset and the duration of symptoms before treatment in our cases compares well with other series of childhood achalasia.34 1014 Despite relatively severe respiratory symptoms and growth impairment in children with achalasia, there continues to be a significant delay in diagnosis and treatment. The condition may be misdiagnosed as asthma, underlining the complex clinical interaction between respiratory disorders and oesophageal dysmotility,'5 or as anorexia nervosa, as noted by others.46 Dysphagia, vomiting, and weight loss may be prominent symptoms in both anorexia nervosa and achalasia and a carefully performed barium swallow is essential to distinguish the two conditions in young girls.
Treatment for achalasia is directed towards reducing lower oesophageal sphincter pressure. Drugs such as nitrates or calcium antagonists, particularly nifedipine, cause a significant fall in sphincter pressure and may produce immediate relief of symptoms. However, the effect is most often short lived and rarely avoids the need for surgery. 17 18 The results of forceful pneumatic dilatation in children are less impressive than in adults. 9 The most encouraging reports have been in older children, most of whom have needed several dilatations, and a significant number subsequently required surgery for persistent symptoms.510 Pneumatic dilatations were of limited success in our patients, a finding in agreement with other paediatric series.3 '°Bougienage has almost no value in the initial treatment of achalasia.5 10 After myotomy alone, the long term incidence ofgastro-oesophageal reflux is between 15 and 50%; it increases with time and is greater after an 'extended' myotomy than after a 'limited' myotomy.3461420 We and others have previously recommended a long myotomy on to the gastric fundus to prevent dysphagia together with an antireflux procedure.3"2' Our current results appear to validate this surgical approach; relief of dysphagia and respiratory problems in all children and no persistent obstructive symptoms from the wrap. Residual/recurrent pain responded to oesophageal balloon dilatation in two children but proved the most difficult symptom to treat. Severe persistent oesophageal pain may rarely necessitate oesophageal replacement as in one of our patients.22
